Summary:
The patient was a 65-year-old woman with a chief complaint of right upper quadrant A superior mesenteric portal venogram revealed the very unusual finding that the portal vein was situated toward the umbilical portion (Fig. 1b) . Endoscopic retrograde cholangio-pancreatography (FRCP) revealed a filling defect of the gallbladder, and suggested an anomalous junction of the pancreaticobiliary duct, and also revealed a short pancreatic duct which suggested the absence of the pancreatic tail, divisum or atrophy of the pancreas (Fig. lc) .
Findings of CT and US also showed absence of the pancreatic tail. Based on these findings, we made a preoperative diagnosis of gallbladder tumor, absence of the pancreatic tail and preduodenal portal vein (PDPV). Subsequently, surgery was performed, and we encountered many abnormal findings which could not be diagnosed preoperatively, such as dilated gallbladder, absence of the pancreatic tail, PDPV and malrotation of the intestine. Amylase level of bile juice from the common bile duct was normal or mildly elevated. We were therefore unable to make a proper diagnosis of pancreaticobiliary maljunction because of inadequate intraoperative examinations. Cholecystectomy was performed because the general condition of this patient was poor and the intraoperative pathological finding of the resected specimen was non-malignant tumor of the gallbladder. A large tumor which filled the cavity of the gallbladder was found (Fig. 2a) .
The histological findings of the resected specimens showed characteristics of carcinosarcoma which revealed both findings of adenocarcinoma and of sarcomatous tumor cells such as spindle cells and pleomorphic pattern with solid growth. There was no lymphnode metastasis, and the histological diagnosis was as follows; so-called carcinosarcoma of the gallbladder, mp, hinfo, binfo, pvo, ao, no, bmo, hmo, emo, Ho, Po, stage I (according to the General Rules for Surgical and Pathological Studies on Cancer of the Biliary Tract, 4th Edition, Japanese Society of Biliary Surgery, 1997). In the resected specimens, no mesenchymal elements such as cartilage or osteoid were seen (Fig. 2b) . Tumor cells of the sarcomatous component were stained by a-smooth muscle actin (SMA), but were not stained by epithelial membrane antigen (EMA), muscle-specific actin (HHF35), vimentin, desmin, monocyte/macrophage associated antigen (KP1) or a-anti chymotrypsin (ACT).
The patient recovered uneventfully and postoperative chemotherapy was not performed. She has shown a good postoperative course with no evidence of recurrence or metastasis 16 months after initial operation.
DISCUSSION
Carcinosarcomas of the gallbladder are relatively rare with the first case reported by Landstainer in 1907 [1] . A search of the English language literature revealed only 15 cases which reported true carcinosarcoma of the gallbladder [2] . About 50 cases of these tumors were found on record in the Japanese literature [3] . Mehrotra et al. [4] have reported that the diagnosis of "true" carcinosarcoma is based on the differentiation of the mesenchymal element into neoplastic bone and osteoid. Albores-Saavedra and Henson [5] also have stressed the importance of the presence of malignant cartilage and bone as the basis for diagnosis of this tumor. Stromal differentiation of the sarcomatous component is considered important evidence of "true" carcinosarcoma, whereas the lack of stromal differentiation indicates a diagnosis of "so -called" carcinosarcoma , anaplastic carcinoma, or pleomorphic spindle cell carcinoma [6] .
In the present case, we could not confirm the transitional area between epithelial and nonepithelial cells, or the presence of malignant cartilage and bone. The precise origin and nature of the sarcomatous cells is still unclear. In most cases these tumors are probably not "true," but are "so-called" carcinosarcoma. They tend to behave like adenocarcinoma, and occur most commonly in females in the 6th decade of their lives and usually coexist with cholelithiasis [7] . US findings in these patients are non-specific, and radiological differentiation between sarcoma and adenocarcinoma of the gallbladder is not possible. The incidence of gallstones is similar in patients with carcinoma or sarcoma of the gallbladder (approximately 80%) [8] . The prognosis is poor with less than 5% surviving 5 years [9] . Surgery, chemotherapy, and radiation therapy are the possible treatments, but there have been no reported cases of long-term survival.
Esscher [10] reviewed 52 cases of PDPV which had been reported from 1979 to 1988. The embryo-ed to complicate PDPV, namely, annular pancreas, biliary atresia, preduodenal common bile duct, malrotation and cardiovascular malformations. The agenesis of the dorsal pancreas is also rare in the literature and this agenesis is thought to be due to an absence of the dorsal bud of the pancreas. Although PDPV has been reported in adults, 64% of patients are children [12] . Identification of PDPV is rarely made preoperatively, but has been reported in adults with the use of angiography and CT. In the Japanese literature, there have been about 15 adult cases with PDPV ( Table 1) .
The preoperative diagnosis of PDPV was made in our case by CT and angiography. The present case differs from the previously reported cases by way of its presentation. Clinically, the portal vein is very important in digestive surgery, and therefore it is essential to recognize and be aware of anomalies in the portal venous system such as the anteroposition seen in this case, in order to avoid accidental injuries during operations.
It is now apparent that gallbladder carcinoma is more frequent in pancreaticobiliary maljunction without bile duct dilatation [13] . However, the relationship between the gallbladder carcinoma and the multiple congenital anomalies such as PDPV, absence of the pancreatic tail, and malrotation is still unclear. To our knowledge, this case is a very rare case anywhere in the world literature.
